Proliferating trichilemmal tumors (PTTs) are rare benign neoplasms of follicular linage whose histological hallmark is the presence of trichilemmal keratinization \[[@B1]\]. PTT is thought to originate from the trichilemmal cyst and has the potential for malignant transformation, known as malignant trichilemmal tumor (MPTT) \[[@B1]\]. These lesions may have considerable morbidity and mortality. Recurrence after simple excision is common. The most common site of occurrence is the scalp \[[@B2]\], where the tendency for malignant transformation increases, especially with the presence of infection, ulceration, and rapid enlargement of longstanding nodular scalp lesions together with histological evidence of significant abnormal mitosis, marked cellular pleomorphism, infiltrating margins, and aneuploidy \[[@B3]\]. Diagnosis requires proper histological examination, taking into consideration that such features may not correlate with clinical behavior. MPTT may mimic more aggressive tumors with local recurrence and distant metastasis. Thus, wide local excision of the lesion and long-term follow-up is recommended.

Here we present a 78-year-old woman with a 35-year history of an exophytic growing, painless mass on the occipital scalp area ([Fig. 1](#F1){ref-type="fig"}). It was initially growing slowly and later on started to ulcerate with foul smelling discharge and rapid enlargement that interfered with the patient\'s daily life, which was the reason for surgical consultation. No history of trauma was noted. The patient was otherwise healthy with no other complaints or symptoms. Written informed consent was obtained from the patient for the purpose of publication of this case and any accompanying photographs.

A physical examination showed a huge tumoral lesion, oval in shape, situated in the central occipital area slightly to the left side with an irregular surface area. It was associated with ulceration as well as serous discharge but with no bleeding. The mass was solid in consistency, mobile, measuring about (21 cm×17 cm ×12 cm), and was not covered by hair. The surrounding skin was intact. Further examination revealed no palpable lymph nodes.

A non-contrast-enhanced computed tomography scan of the head was performed to evaluate the underlying extent ([Fig. 2](#F2){ref-type="fig"}), which revealed a soft tissue swelling within the subcutaneous scalp tissue with no bone involvement but with possible pericranium involvement.

The surgical options depending on the pericranium involvement ranged from complete excision and skin grafting as a one stage procedure, excision and rotational flap application, or excision with primary dressing closure and burr holing later with a secondary procedure of skin graft coverage. These options were discussed with the patient who expressed a preference for a single-staged procedure and consented to any of these options depending on the surgeons\' intraoperative findings.

Intraoperatively, the mass was managed by complete excisional biopsy under general anesthesia in the prone position. Further exploration showed a completely intact pericranium with a clear plane. The excision was done with a 0.5 cm clearance area all around as a safety margin with preservation of the pericranium. The defect closure was performed by using a split-thickness skin graft as a coverage solution.

The excised mass was sent for proper histopathologic diagnosis. Hematoxylin and eosin-stained sections of the mass revealed the diagnosis of a proliferating trichilemmal tumor ([Figs. 3](#F3){ref-type="fig"}, [4](#F4){ref-type="fig"}). The patient was followed closely afterward in the clinic for two consecutive years. Further examination showed good coverage of the defect with no evidence of recurrence either locally or at other sites ([Fig. 5](#F5){ref-type="fig"}).

Management options of PTT generally vary depending on its malignant tendency. Adequate excision with careful assessment of the surgical margins of the tumor is important and required for decreasing the likelihood of recurrence of low-grade malignant PTTs. Also, Mohs micrographic surgery, which ensures precise lesion margin control, can be performed to reduce the recurrence and metastasis rate after tumor resection \[[@B4],[@B5]\]. The morbidity and mortality associated with these tumors is represented by their tendency to recur, which was documented in the literature to be around 3.7%, their tendency to metastasize, the difficulty of differentiating them from squamous cell carcinoma, and the recommendations to deal with it as a low-grade malignant carcinoma \[[@B5]\].

This case is special due to its long duration (35 years), together with its location in the scalp with later associated changes including foul smell and ulceration supporting the presence of infection; there was no malignant transformation at all, nor any local or distant metastasis. This case is the largest in size ever reported in the literature, measuring 21 cm×17 cm×12 cm. Although the radiological findings suggested the involvement of the pericranium, surgical exploration and the management plan favored simple excision with a free margin and skin graft coverage. During extended follow-up , no signs or symptoms of recurrence were noted. This case illustrates the importance of the knowledge of the patterns of recurrence and the malignant potential of such lesions together with their application to various presentations.
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![Showing the actual scalp lesion undergoing further evaluation in the clinic.](aps-40-461-g001){#F1}

![Showing the preoperative computed tomography scan of the scalp mass, in which the location is further clarified with the potential of pericranium involvement.](aps-40-461-g002){#F2}

![A histopathology section that shows the cyst cavity with characteristic amorphous eosinophilic keratin (yellow arrow) (H&E, ×100).](aps-40-461-g003){#F3}

![A histopathology section showing, under higher magnification, regions of trichilemmal keratinization with variable cytologic atypia (yellow arrow) and mitotic activity together with lobulation of the cyst wall and pilling up of the squamous epithelium (H&E, ×200).](aps-40-461-g004){#F4}

![Showing the follow-up photographic documentation of the previous location of the scalp mass 2 years after excision with no signs of recurrence.](aps-40-461-g005){#F5}
